Long-term Assessment of Quality of Life in Primary Ciliary Dyskinesia
Time for New Tools ?
To the Editor:
We deeply commend Quittner et al 1 in a recent issue of CHEST (August 2014) on their eff ort in developing the fi rst disease-specifi c patient-reported outcome (PRO) measure validating the Quality of Life QuestionnaireBronchiectasis (QOL-B). Th is is an area that we actively pursued in primary ciliary dyskinesia (PCD), a genetic cause of chronic suppurative lung disease with great impact on health because of abnormal mucociliary clearance leading to recurrent airway infections and bronchiectasis. 2 -4 Sensitive measures for tracking PCD lung disease progression have serious limitations in clinical practice since changes in spirometry may not be apparent, and repeated high-resolution CT scans increase the risk of ionizing radiation exposure. 5 In a prospective, 1-year study of 20 subjects with PCD (median age, 16.9 years; range, 12-33.4 years) we verifi ed whether three of the most widespread PROs used for assessing quality of life (QoL) During the study period, three respiratory exacerbations 5 (range, 0-7) that required systemic antibiotics occurred. Eight patients (40%) needed four or more antibiotic courses. At baseline, none of the PROs was related to age at diagnosis and age at symptoms onset. FEV 1 , FVC, FEV 1 /FVC, and forced expiratory fl ow at 25% to 75% of FVC, as well as 6-min walk distance, were not signifi cantly related to any of the QoL assessment tools at T 0 and T 12 . Over the 12-month period, no signifi cant changes were found in any of the QoL outcomes considered or in spirometry or 6MWT. Despite the small sample size, our results show that SGRQ, LCQ, and SF36 are unrelated to the commonly accepted disease outcomes in PCD. Indeed, we provide the fi rst demonstration, to our knowledge, that these tools are also suboptimal to longitudinally track QoL in PCD.
No PCD-specifi c QoL questionnaire has ever been validated, and the sensitivity of currently used questionnaires in detecting long-term QoL changes has not been 
